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Update: Newborn Screening for Sickle Cell Disease — 
California, Illinois, and New York, 1998 


Sickle cell disease (SCD) is acommon single-gene disorder that affects three of every 
1000 black newborns and approximately 50,000 persons in the United States (7 ). Chil- 
dren affected with SCD are at increased risk for severe morbidity (e.g., severe hemolytic 
anemia, splenic dysfunction, pain crises, and bacterial infections) and mortality, espe 
cially during the first 3 years of life (7,2). In 1993, California, Illinois, and New York 
collectively accounted for approximately 20% of all births to blacks. All three states offer 
universal newborn screening for hemoglobinopathies. To assess the effectiveness of 
newborn screening programs for SCD and for receipt of and compliance with early 
medical interventions (e.g., penicillin prophylaxis and pneumococcal vaccination and 
other vaccination patterns), a 3-year collaborative follow-up study was conducted from 
1995 through 1998 in California, Illinois, and New York (3). This report summarizes the 
results of this study, which demonstrate the difficulty in retrospectively finding children 
who were screened at birth so that data for evaluating program effectiveness can be 
assessed. 

The study comprised children born in 1992 and 1993 and in whom SCD was diag 
nosed during 1992-1993. Follow-up information about these children was ascertained 
through complementary surveys administered to parents and physicians of affected 
children. State heaith departments administered physician surveys, which were mailed 
to the child’s last known provider. Parental surveys were administered by Battelle 
Survey Research Associates, Inc., which conducted telephone interviews and, along 
with the respective health departments, made repeated attempts to locate the children 

During 1992-1993, SCD was diagnosed in 1042 children in California (265 cases), 
lilinois (254), and New York (523). Fourteen children (six in California, three in Illinois, and 
five in New York) died before the study began. Completed physician surveys were 
returned for 752 (72%) of the children (144 in California, 254 in Illinois, and 354 in New 
York). Parental surveys were completed for 252 (24%) children (87 in California, 52 in 
Illinois, and 113 in New York). When data from both surveys were merged, physician and 
parental surveys were completed for 184 (18%) children. 

Among physician respondents, 575 (76%) reported providing antibiotic (penicillin) 
prophylaxis to their SCD patients; 253 (44%) patients complied with the prophylaxis 
antibiotic regimen. One hundred eighty-nine (25%) patients received pneumococcal vac- 
cine, and 179 (24%) received at least the first dose of Haemophilus influenzae type b 
vaccine (Hib). 
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Among parental respondents, 111 (44%) were informed of SCD services available 
for their children, and 68 (27%) had used these services. Parents reported that 234 (93%) 
of their children with SCD regularly received penicillin prophylaxis; 189 (75%) received 
pneumococcal vaccine, and 164 (65%) received a full series of Hib. 

Merged results from physician and parental surveys provided discrepant results 
regarding provision of and compliance with standard medical interventions for children 
with SCD. Although provision of penicillin prophylaxis was high in both surveys, 
physician-reported compliance for their patients’ medical intervention was low. 
Reported by: K Pass, PhD, K Harris, MBA, Wadsworth Center, New York State Dept of Health. 
F Lorey, PhD, R Choi, Genetic Disease Br, California Dept of Health Svcs. S Kling, MA, Div of 
Health Assessment and Screening, Illinois Dept of Public Health. Birth Defects and Genetic 
Diseases Br, Div of Birth Defects and Developmental Disabilities, and Office of Genetics and 
Disease Prevention, National Center for Environmental Health; and an EIS Officer, CDC. 
Editorial Note: Evaluations of pediatric outcomes after newborn screening are important 
to ensure provision and receipt of necessary services and to target high-risk groups for 
public health interventions. Data to assess program goals are incomplete for most 
disorders identified by newborn screening. The findings in this report demonstrate the 
difficulties in finding and contacting families retrospectively and the need for ongoing, 
prospective collection of follow-up information to identify gaps in delivering proper 
medical services and interventions. 

In 1972, Congress passed the National Sickle Cell Anemia Control Act, and the first 
state newborn screening program for SCD was implemented in 1975*. However, states 
did not widely adopt newborn screening for SCD until 1986, when results of a randomized 
trial demonstrated that oral penicillin significantly reduced SCD-related morbidity and 
mortality in children (4 ). Results of this trial and statements from key organizations (5-7 ) 
resulted in adoption of newborn screening. In 2000, most states screen newborns for 
SCD (8). 

To reduce SCD-related morbidity and mortality, neonatal screening programs must 
be conducted as part of a comprehensive medical-care program (2,5-7,9). Newborn 
screening programs identify children with SCD to allow early medical interventions, 
thereby preventing development of SCD-related complications and reducing morbidity 
and mortality. Standard preventive interventions for SCD include routine infant vaccina- 
tion (e.g., pneumococcal vaccination) and prophylactic administration of penicillin 
(2,5-7,9). 

The findings in this report are subject to at least three limitations. First, because of the 
poor contact rate, especially for parental surveys, results of this analysis are limited in 
generalizability and reflect the difficulty of ascertaining retrospective follow-up. Second, 
discrepant compliance rates should be interpreted with caution. The high compliance 
rate reported by parents was derived from a selected population (e.g., parents who were 
contacted successfully). However, the low compliance rate recorded by providers needs 
further investigation to ensure that they followed the children past age 2 years when the 
interventions actually were administered. Finally, ascertaining information retrospec- 
tively introduces possible recall bias. 

A model program that allows program evaluation is the Cystic Fibrosis Foundation 
(CFF) Patient Registry, in which children diagnosed with cystic fibrosis are registered at 
health-care centers nationwide. The CFF Patient Registry prospectively collects annual 


*National Sickle Cell Anemia Control Act of 1972 (Public law no. 92-294). 
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epidemiologic, clinical, and laboratory data that can be used readily to assess the effec 


tiveness of interventions and cystic fibrosis programs. SCD and other disorders identi 
fied by newborn screening would benefit from prospective evaluations of data related to 


morbidity, mortality, and receipt of preventive services. As the role of public health 
genetics programs expands beyond newborn screening, these types of long-term out 


come data will be essential for developing effective programs and policies 
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Progress Toward Global Dracunculiasis Eradication, June 2000 


In 1986, an estimated 3 million persons were infected with dracunculiasis (Guinea 
worm disease) and another 120 million were at risk for infection (7). That year and in 
1991, the World Health Assembly called for the eradication of dracunculiasis (2,3), and 
as a result of the implementation of the Dracunculiasis Eradication Program (DEP)*, the 
annual incidence was reduced by approximately 95% by 1995 (4). This report updates 
the status of the eradication program as of June 2000, which indicates that dracunculia 
sis has been eliminated from seven of 20 countries where it was 
endemic in 1995; however, in parts of Africa, particularly Sudan, dracunculiasis remains 
a serious public health problem 

For surveillance purposes, village-based health workers search for infected persons 
in each village with endemic disease and complete a register that provides the basis for 
monthly zonal, district, and national surveillance reports (5). During 1999, dracunculiasis 
was endemic in 13 countries in Africa’. These countries reported 96,293 cases in 10,914 


*Program partners include The Carter Center, CDC, United Nations Children’s Fund (UNICEF) 
the World Health Organization (WHO), ministries of health in countries where dracunculiasis 


is endemic, private industry, and many other donors, including the Bill and Melinda Gates 
Foundation 


Benin, Burkina Faso, Central African Republic, Cote d'Ivoire, Ethiopia, Ghana, Niger, Nigeria 
Mali, Mauritania, Sudan, Togo, and Uganda 
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villages. Of the total number of cases, Sudan reported 66,097 (69%) cases in 7271 
villages; 2606 of the known villages with endemic disease in Sudan were not accessible 
to program surveillance. Outside Sudan, 93% of 3068 villages reported monthly; in Sudan, 
44% of 4892 accessible villages reported monthly. Outside Sudan, 20% of all villages 
with endemic disease reported 1 case each. Seven of the 13 countries with endemic 
disease reported <500 cases each in 1999 (Figure 1). 

During January-June 2000, the number of cases reported by all countries except 
Sudan was 12,097, 18% less than the 14,828 cases reported during the same period in 
1999. The rate of reduction in all countries outside of Sudan was 35% except in Ghana, 
which reported a slight increase in cases during the first half of 2000. Niger reported 59% 
fewer cases during January-June 2000. Benin, Cote d'Ivoire, Ethiopia, Mali, Mauritania, 
and Uganda have reduced the number of cases by an average of 55% during January- 
June 2000. Nigeria reported 35% fewer cases during January—June 2000 than during 
the same period in 1999. 

All programs attempt to control the spread of disease using case containment (i.e., 
patients were not allowed to contaminate water and transmit infection) aimed at detect 
ing cases within 24 hours of emergence of the worm and instituting prevention measures 
immediately. Approximately 62% of the case-patients reported outside of Sudan during 
1999 were contained; 68% were contained during January-June 2000. The long-stand 
ing civil war in Sudan is the primary reason for the high rate of dracunculiasis in the 
southern part of that country; however, the 10 northern states of Sudan have reported 
66% fewer cases during the first 6 months of 2000 compared with the same period last 
year (21 versus 61 cases); 16 (76%) of the 21 cases were contained. 

Reported by: Global 2000, The Carter Center, Atlanta, Georgia. World Health Organization 


Collaborating Center for Research, Training, and Eradication of Dracunculiasis. Div of Parasitic 
Diseases, National Center for Infectious Diseases, CDC. 


FIGURE 1. Number of dracunculiasis cases, by country, 1999 
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Editorial Note: Dracunculiasis is a parasitic infection acquired by drinking water from 
ponds contaminated by copepods (water fleas) that contain immature forms of the 
parasite. A year after entering the infected person, the 40-inch (1 meter) worm(s) emerge, 
usually on the lower limbs through skin wounds that frequently become contaminated 
secondarily. Reinfection can occur if the person again drinks contaminated water. No 
effective treatment exists; however, two countries in which dracunculiasis was endemic 
at the beginning of the program (Pakistan and India) have been certified by the World 
Health Organization (WHO) to have interrupted transmission. WHO also has certified 
the absence of transmission from almost all countries outside Africa (Figure 2) (6). All 
countries with endemic disease are required to submit a report to the International 
Commission for the Certification of Dracunculiasis Eradication, documenting the absence 
of indigenous cases of the disease for at least 3 consecutive years to be recommended 
for certification. 

Most eradication programs have begun listing villages with endemic disease in 
descending order of number of cases reported to help monitor the status of interven 
tions. Nylon filters have been distributed to all households in 47% of villages with known 
endemic disease, including 67% outside Sudan. The larvicide Abate™ (temephos) (Ameri 
can Home Products, Princeton, New Jersey) is being used in approximately 35% of 
villages with endemic disease outside Sudan, and 43% of villages with endemic 


Use of trade names and commercial sources is for identification only and does not constitute 


endorsement by CDC or the U.S. Department of Health and Human Services 


FIGURE 2. Countries and territories certified free of dracunculiasis transmission and 
countries not certified free by the World Health Organization, May 2000 
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TABLE 1. Number of months of surveillance during 2000, villages reporting 

1 cases of endemic dracunculiasis during 1999 or 2000, percentage of villages 
reporting monthly, status of interventions, and percentage reduction in cases, 
by country, January-June 1999 and 2000 





% Change in 
No.months Villages % Endemic villages with no. reported 
surveillance reporting % villages filters in 1 source of ponds cases 
Jan-Jun 1 case reporting 100% of safe drinking treated with Jan-Jun 
Country 2000 1999 or 2000 monthly households water Abate®* 1999, 2000° 
3824 26 ! 61 78 
1517 100 ] ; 
1242 99 
198 NR 
170 100 
Togo 171 99 
Benin 159 91 
Ma ? 1 14 68 


Uganda 5 122 








tos) 


Sudan 


Nigeria 


Ww 
a 


Ghana 
Burkina Faso 
Niger 


OADADAO®D 
Dow & 


hone d'ivoire 1017 
Mauritania 5 41 
Ett 1iopia 

me ntral Afr can 

Republic 15 
Total 7712 
Total (excluding Sudan) 3888 





* Use of trade names and commercial sources is for identif 
wr the U.S Department of Health and Human Services 
Imported cases are excluded 
As of May 2000, 2606 (36%) of 7211 known villages ender 
program. The percentages shown are based on the 4605 v 


* Not reported 
disease outside Sudan have access to at least one source of safe drinking water (Table 1). 
Health education and community mobilization activities (e.g., radio announcements; post 
ers; town criers; and talks by religious, political, and traditional leaders) aimed at persons 
in villages endemic with disease or at high risk for disease have been intensified 

The current goal of DEP is to eliminate transmission in all remaining countries 
with endemic disease outside Sudan by 2001. An estimated 3 to 4 years of intense 
activities will be required to halt dracunculiasis transmission after a peace agreement is 
signed in Sudan. To attain these targets, ministries of health in the remaining countries 
with endemic disease must make dracunculiasis eradication a top national, regional, and 
local public health priority. The infection can be prevented by teaching at-risk persons to 
filter their drinking water through a finely woven cloth, to avoid entering sources of water 
when worms are emerging, by treating water sources with Abate to kill copepods, or by 
providing clean drinking water from sources such as borehole wells. Each national 
program needs to intensify supervision and motivation of village-based health workers 
extend and diversify efforts to educate and mobilize villagers in communities 
with endemic disease, advocate for provision of safe water sources to villages with 
endemic disease, monitor the status of all interventions, and ensure that active surveil 
lance is maintained in all communities with endemic disease and in areas at risk for 
dracunculiasis 
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Public Health Dispatch 


Varicella Outbreaks Among Mexican Adults — Alabama, 2000 


On May 19, 2000, a physician in southern Alabama reported seven cases of varicella 
to the Alabama Department of Public Health (ADPH). All the cases were in previously 
healthy young adults living in an apartment complex in town A and working in a poultry 
processing plant in nearby town B. On May 24, ADPH invited CDC to assist in outbreak 
investigation and control. This report summarizes the investigation. 

Investigators identified 18 varicella cases among persons with illness onset during 
April 1-June 22; 14 patients resided in the same apartment complex (Figure 1). Of the 
18 cases, 17 were confirmed* and one was probable. Two patients developed severe 


*A confirmed case was one that was laboratory-confirmed or that met the clinical case 
definition and was linked epidemiologically to a confirmed or to a probable case (7) 


FIGURE 1. Number of varicella cases linked and not linked to the apartment complex, by 
date of rash onset* — Alabama, April 1-June 22, 2000 
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*The date in April of rash onset for one case not linked to the apartment complex is unknown 
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complications (pneumonia and ataxia with postviral sensory neuritis) and were hospital- 
ized. All the patients were born in Mexico. The median age was 22 years (range: 18-28 
years), and 17 were men. 

On May 31, ADPH initiated control measures at the apartment complex and poultry 
processing plant. To increase community awareness, ADPH distributed flyers in English 
and Spanish and gave press releases to the local news media. In the apartment complex, 
ADPH vaccinated susceptible persons on the basis of disease history and performed 
serology to identify those who would need a second dose of vaccine. At the plant, ADPH 
offered serologic testing to all workers and vaccinated persons with a negative varicella 
IgG 

On June 22, a second cluster of seven varicella cases was identified among adults 
born in Mexico who worked at a sawmill in another Alabama county. The two outbreaks 
could not be linked. 

Varicella outbreaks among adults are less common than among children. Because 
the potential for serious disease is higher in adults, state and local heaith departments 
should be alert to these outbreaks. In addition, the susceptibility among adults from 
certain regions in Mexico is higher than in U.S.-born adults (2). Outbreaks associated 
with severe complications or among adults and adolescents should be investigated and 
controlled (7). During varicella outbreaks, infected patients should be isolated at home; 
varicella vaccine is recommended for exposed persons (3). Depending on urgency, 
vaccination can be offered on the basis of a negative or uncertain disease history and/or 
a negative serologic test. Because most adults with a negative or uncertain varicella 
history are immune to varicella when tested, serologic testing may decrease the number 
of vaccine doses needed for outbreak control (4). 

Virus isolation from vesicular fluid, a swab from the base of a skin lesion, or from 
saliva can assist in confirming an outbreak. Exposed persons who are at high risk for 
severe disease, including susceptible pregnant women, should receive varicella zoster 
immune globulin (VZIG) within 96 hours of varicella exposure (7 ). Managing varicella in 
adults includes the routine administration of acyclovir. The optimal strategy for varicella 
control is to prevent outbreaks by implementing existing policy recommendations. The 
Advisory Committee on Immunization Practices recommends vaccinating susceptible 
adults, especially those at high risk for exposure or transmission (3). 

Reported by: C Woernle, MD, G Higginbotham, R Judy, Alabama Dept of Public Health 
E Gordon, DO; National Varicella-zoster Virus Laboratory, Div of Viral and Rickettsial Diseases 


National Center for Infectious Diseases; Child Vaccine Preventable Diseases Br, Epidemiology 
and Surveillance Div, National Immunization Program, CDC. 
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Notice to Readers 


Workshop on Vaccine Communication 


The National Vaccine Advisory Committee, the Inter-Agency Vaccine Communica 
tions Group, and the National Vaccine Program Office will co-sponsor a Workshop on 
Vaccine Communication, October 5-6, 2000, in Arlington, Virginia. The purpose of the 
workshop is to identify key issues, forces, and trends that influence and shape percep 
tions about vaccines; determine how to establish more meaningful discussions regard 
ing issues of concern; define options for establishing more effective mechanisms for 
communicating vaccine benefits and risks; and examine and discuss the effectiveness, 
purpose, methods, and timing of current vaccine communications. 

This workshop should be of interest to persons working in the vaccine and immuniza 
tion field including health communication and public affairs specialists, public and private 
sector health-care providers, parent and consumer groups, vaccine manufacturers, and 
immunization program managers and directors. Additional information is available from 
the National Vaccine Program Office, telephone (404) 687-6672 or from the World-Wide 
Web, http://www.cdc.gov/od/nvpo/calendar.htm. 


Erratum: Vol. 49, No. 30 


An error was made in the article “Missed Opportunities for Prevention of Tuberculo 
sis Among Persons With HIV Infection — Selected Locations, United States, 1996-1997,” 
in the first paragraph on page 685. It should read, “The risk for active TB is increased 


greatly if the close contact is infected with the human immunodeficiency virus (HIV) 
(lap 


Erratum: Vol. 48, No. RR-1 


In the MMWR Recommendations and Reports, “Human Rabies Prevention—United 
States, 1999,” on page 2 , Table 1, under the “Manufacturer” column, the telephone 
number for BioPort Corporation should be (517) 327-1500 
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FIGURE I. Selected notifiable disease reports, United States, comparison of 
provisional 4-week totals ending August 12, 2000, with historical data 
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Ratio of current 4-week total to mean of 15 4-week totals (from previous, comparable, and 
subsequent 4-week periods for the past 5 years). The point where the hatched area begins 
is based on the mean and two standard deviations of these 4-week totals 


TABLE |. Summary of provisional cases of selected notifiable diseases, 
United States, cumulative, week ending August 12, 2000 (32nd Week) 





Cum. 2000 Cum. 2000 

















No reported cases 


*Not notifiable in all states 
Updated weekly from reports to the Division of Viral and Rickettsial Diseases, ! 
Updated monthly from reports to the Division of HIV/AIDS Preventior 

STD, and TB Prevention (NCHSTP). Last update July 30, 2000 

* Updated from reports to the Division of STD Prevention, NCHSTP. 
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TABLE Il. Provisional cases of selected notifiable diseases, United States, 
weeks ending August 12, 2000, and August 14, 1999 (32nd Week) 





Escherichia coli 0157:H7* 
AIDS Chiamydia Cryptosporidiosis NETSS PHLIS 
Cum Cum Cum Cum Cum Cum | Cum Cum Cum 
Reporting Area 2000° 1999 2000 1999 2000 1999 1999 2000 1999 
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Health Laboratory Information System (PHLIS) 

Chlamydia refers to genital infections caused by C. trachomatis. Totals reported to the Division of STD Prevention, NCHSTP. 

Updated monthly from reports to the Division of HIV/AIDS Prevention — Surveillance and Epidemiology, National Center for HIV, STD, and 
TB Prevention. Last update July 30, 2000 
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TABLE Il. (Cont'd) Provisional cases of selected notifiable diseases, United States, 
weeks ending August 12, 2000, and August 14, 1999 (32nd Week) 
Lyme 
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TABLE Il. (Cont'd) Provisional cases of selected notifiable diseases, United States, 
weeks ending August 12, 2000, and August 14, 1999 (32nd Week) 
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TABLE Il. (Cont'd) Provisional cases of selected notifiable diseases, United States, 
weeks ending August 12, 2000, and August 14, 1999 (32nd Week) 
Shigellosis* Syphilis 
NETSS PHLIS (Primary & Secondary) Tuberculosis 
Cum Cum Cum Cum Cum Cum Cum Cum 
Reporting Area 2000 198 2000 1999 2000 | 1999 2000 | 1999" 


JNITED STATES 10,856 8,854 5,542 »,201 7,059 9,344 
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TABLE Ill. Provisional cases of selected notifiable diseases preventable 
by vaccination, United States, weeks ending August 12, 2000, 
and August 14, 1999 (32nd Week) 


Hepatitis (Viral), By Type 
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TABLE Ill. (Cont'd) Provisional cases of selected notifiable diseases preventable 
by vaccination, United States, weeks ending August 12, 2000, 
and August 14, 1999 (32nd Week) 





Meningococcal 
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TABLE IV. Deaths in 122 U.S. cities,* week ending 
August 12, 2000 (32nd Week) 
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